He hieved normal developmental milestones but height and weight remained below the third centile. At the age of eight the results of cardiac catheterisation were unchanged. At operation (aged 10), cardiomegaly was noted with considerable lymphatic engorgement in the anterior mediastinum, a large multiloculated cystic lesion containing lymph overlying the main pulmonary artery, and serpiginous distended lymphatic vessels surrounding the aorta. A large septum primum defect and cleft mitral valve were repaired. The tricuspid valve had no septal cusp whatsoever and a pulmonary valvotomy was performed.
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Case report A 19 year old man with Alagille's syndrome was admitted for investigation after a recent deterioration in exercise tolerance. He was born four weeks prematurely, the third child of elderly parents. He failed to thrive and at three months a blowing systolic murmur was noted. There was no history of cyanosis or feeding difficulties. At He hieved normal developmental milestones but height and weight remained below the third centile. At the age of eight the results of cardiac catheterisation were unchanged. At operation (aged 10), cardiomegaly was noted with considerable lymphatic engorgement in the anterior mediastinum, a large multiloculated cystic lesion containing lymph overlying the main pulmonary artery, and serpiginous distended lymphatic vessels surrounding the aorta. A large septum primum defect and cleft mitral valve were repaired. The tricuspid valve had no septal cusp whatsoever and a pulmonary valvotomy was performed.
After operation he remained small and on examination was slightly jaundiced with mild hepatosplenomegaly. When he was 14 he was referred to a paediatric endocrinologist, primarily for investigation of his short stature. He had a prominent forehead, deep set eyes, and a small pointed chin. Blood count and endocrine investigations were normal. The serum concentration of bilibrubin was raised but concentrations of other hepatic enzymes were normal. A liver biopsy was not performed because of persistently abnormal clotting. The tortuous and ectatic pelvic lymphatic vessels. Contrast was dispersed over a wide area around the lumbar spine (fig 2A) . The Patients with lymphatic hypoplasia usually present with lymphoedema. Congenital heart disease is rare in these patients (a 1-4% incidence was described in one series7) and no particular cardiac lesion predominates. Similarly, lymphatic hyperplasia was not associated with any particular congenital cardiac lesion though the incidence of 9 7% was far in excess of that expected in the general population (0 9%).
The patients we have described in this case report had many of the features of arteriohepatic dysplasia-though considerable abnormality of the lymphatic system was also present. This was noted by the surgeon at operation when the patient was eight, though the extent of lymphatic dysplasia did not become clinically apparent until large chylous pleural effusions rendered the patient breathless eleven years later.
Alagille's syndrome carries a better prognosis than other forms of intrahepatic cholestasis, with most patients surviving into adulthood. The abnormalities are rather more widespread than the name arteriohepatic dysplasia implies and lymphatic dysplasia should perhaps be added to the features of this syndrome.
syndrome. 
Lymphatic abnormalities in

